SUMMARY A 64 year old woman with partial atrioventricular canal and double orifice mitral valve presented with severe mitral regurgitation secondary to a torn leaflet. The double orifice regurgitant mitral valve is an unusual finding at operation. Double orifice mitral valve is an unusual congenital abnormality that is rarely of clinical importance. We describe a patient in whom this finding was associated with severe mitral regurgitation.
Double orifice mitral valve is an unusual congenital abnormality that is rarely of clinical importance. We describe a patient in whom this finding was associated with severe mitral regurgitation.
Case report A 64 year old woman was noted to have a murmur at age 20, but was symptom free until 1977 when congestive heart failure developed. A murmur typical of mitral regurgitation was noted. Her symptoms resolved on digoxin and diuretic treatment. She did well until November, 1983 , when symptoms of weakness, abdominal distension, dyspnoea, and palpitation developed. Frusemide and quinidine (for ventricular extrasystoles) were started but when her symptoms progressed she was referred to our institution.
-CLINICAL FINDINGS Physical examination showed a normotensive female in no distress. Pulse was 66 beats per minute with frequent extrasystoles. Her venous pressure was raised with pronounced V waves. Carotid pulses were normal. The apical impulse was felt in the sixth intercostal space in the midclavicular line, and there was a left parasternal thrill. The first and second heart sounds were normal. The third heart sound was soft. A grade 5/6 harsh pansystolic murmur radiated from the heart apex to the axilla and spine. Severe mitral regurgitation and double orifice mitral valve 111 group recovered. These findings accord with those in a later series.3 13 All five of the cases in the Wakai and Edwards series were associated with complete or intermediate atrioventricular canals and all the patients died of congestive heart failure or postoperatively.3 The 11 cases in the Warnes and Somerville series were associated with ostium primum defects and tended to have a better course.'3 This resembles our patient, who first presented in her fifties.
There is some disagreement about the embryological origin of this lesion. Wimsatt believed that the accessory orifice was the result of abnormal fusion between the anlagen of the medial and lateral mitral valve leaflets.'6 Lewis, however, believed that the accessory orifice was the result of developmental arrest and persistence of the left part of the common atrioventricular canal, resulting in an accessory orifice in tissue destined to become a mitral leaflet.'6 Ancalmo et al supported the latter theory because endocardial cushion defects are often found in association with this lesion.7
ANGIOGRAPHIC AND ECHOCARDIOGRAPHIC FINDINGS
Our patient showed the typical gooseneck deformity of the subaortic region of the left ventricle seen in ostium primum defects caused by abnormal placement of the anterior mitral leaflet.'7 18 Warnes and Somerville and Somerville and Jefferson have described two rows of fine crenations in the medial region of the left ventricle, representing the double orifice.'3 18 Echocardiography will often define both orifices.'4 18 If an ostium primum defect is present, the fishmouth appearance of the normal mitral valve is replaced by a triangular configuration with separation of the anterior components of the anterior leaflet. Although the double orifice was not recognised before operation in our patient, on retrospective examination of the echocardiogram the angulated parasternal long axis view showed two orifices (Fig. 1) .
SURGICAL CONSIDERATIONS
The surgical approach to patients with mitral valve abnormalities associated with endocardial cushion defects has recently been reviewed. ' Double orifice mitral valve is a rare lesion that can complicate the surgical repair of endocardial cushion defects. 14 18 Diagnosis should be considered in patients who have evidence of an ostium primum atrial septal defect. Cross sectional echocardiography and left ventricular angiography can be useful in establishing the diagnosis.
